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ABSTRACT 

Introduction: Dystrophic Epidermolysis Bullosa Pruriginosa (DEB-Pr) is a rare subtype of DEB which is 
characterized by intense pruritus and leading to skin blistering and nodular or lichenoid lesions most prominent 
on the extremities, especially shins of tibia. Toenail dystrophy is also frequently observed, but not necessary 
for diagnosis. Although many cases of DEB-Pr are caused by mutations of type VII collagen due to reported 
variants in COL7AI1 gene, the clinical pictures vary. We report a patient with DEB-Pr who presented with 
striking flagellate hypertrophic scarring lesions. Histopathological and electron microscopic findings are 
essential for diagnosis, given the considerable overlap with clinically similar presentations such as 
hypertrophic lichen planus, prurigo nodularis, lichen simplex chronicus and dermatitis artefacta. Case 
Presentation: Herein, we report a case with a history of blistering since childhood followed by intensely 
pruritic papulonodules, predominantly on the shins of tibia and dorsum of feet with distinct flagellate scarring 
pattern and toenail dystrophy. Our case was monitored before and after treatment with topical Tacrolimus 
0.03% ointment and systemic Cyclosporine. Conclusion: Our case had an excellent response to topical 
Tacrolimus 0.03% ointment and systemic Cyclosporine treatment. 
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INTRODUCTION gave a history of having mild to moderate trauma- 
induced skin blistering during childhood and teenage 
years. 5 years ago, he reported his conditioned 
worsened with severe pruritus leading to the 
aforementioned lesions. There was no history of drug 
intake or seasonal variation or exacerbation before the 


Epidermolysis Bullosa (EB) is a 
mechanobullous genodermatosis characterized by 
skin fragility and  trauma-induced blisters. 
Dystrophic Epidermolysis Bullosa (DEB) is a 
clinically heterogeneous subgroup of EB caused by À l i T 
mutations in COLZA] (OMIM 120120), which onset of his lesions. The patient was not diabetic nor 
encoded type VII collagen, gave rise to defective hypertensive nor on any form of medication. He had 


anchoring fibrils at the dermoepidermal junction, as no known allergies to drugs or food. 


well as sublamina densa blistering as a consequence There was no history of consanguinity. He 
L. DEB-Pr is an unusual clinical subtype of DEB gave a positive family history; his late mother was 
characterized by severe pruritus, resulting in suffered from the same dermatologic condition, as 
scratching-induced secondary linear pruriginous or he was 18 years old son. His late mother was 
lichenified plaques and marked scarring, especially suffered from toenail dystrophy. The son also had 
on the shins of tibia "!. Most cases were sporadic PI. toenail dystrophy; however, he was just starting to 
However, a few showed autosomal dominant or demonstrate mild to moderate trauma-induced skin 
autosomal recessive pattern of inheritance * “|, blisters leaving post-inflammatory scars and hyper- 
Common clinical differential diagnoses included pigmentation like his father used to in his childhood 
hypertrophic lichen planus, prurigo nodularis, lichen and teenage years [Figure 2]. 


simplex chronicus, lichen amyloidosis, keratosis 
lichenoides chronica (Nekam’s Disease) and 
dermatitis artefacta > 56, 


By examination, our patient had multiple, 
excoriated, hypertrophic, violaceous, linear papules, 
plaques, nodules as well as bullae forming distinct 
CASE REPORT: flagellate patterns on shins of tibia and the dorsum 
of his feet. His lesions were also found on forearms, 


A 48-year-old male carpenter was presented i 
back, buttocks and thighs. [Figures la] 


with flagellate scars and bullae on shins of tibia and 
papulo-nodules on thighs, forearms, back, buttocks and Histopathology revealed a sub epidermal 
thighs with toenail dystrophy [Figure la & 1b]. He blister with hyperkeratosis [Figure 3]. Transmission 
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electron microscope revealed dermo-epidermal 
junction separation at sub Lamina Densa [Figure 4]. 


On admission, the patient weighed 75 
kilograms. His hematological parameters, blood 
pressure and renal functions were normal. He was then 
started on topical Tacrolimus 0.03% ointment as well 
as systemic Cyclosporine (2 mg/kg/day) until his 
condition was stabilized and was discharged a week 
later. In total, we had our patient on a four—week 
regimen of Tacrolimus 0.03% ointment and 
Cyclosporine (2 mg/kg/day) for the first three weeks, 
then his dose was tapered to Cyclosporine 100 mg 
during the fourth week of therapy. Our patient’s renal 
functions as well as hematological parameters were 
monitored weekly and his blood pressure daily whilst 
on Cyclosporine. Within the first week of therapy the 
severe itching disappeared and the blister formation 
decreased immensely. After this four-week regimen, 
our patient’s lesions were flattened; the itching stopped 
and his blistering ceased completely [Figure 1c & 1d]. 
Currently, our patient was on a maintenance dose of 
Cyclosporine 50 mg with successful symptomatic 
control. 
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Figure 1. Clinical features of the flagellate pattern on 
shins of tibia, toenail dystrophy and thighs a & b before 
and c & d after a four-week regimen of topical 
Tacrolimus 0.03% ointment and Cyclosporine. 
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Figure 2: Clinical features of our patient’s 18-year-old 
son showing erosions and blisters. Healing with post 
inflammatory hyper-pigmentation and scarring on his 
shins of tibia in addition to toenail dystrophy. 





Figure 3. Histopathology shows a sub epidermal blister 
with hyperkeratosis. 





Figure 4. Transmission Electron Microscope shows 
separation at sub Lamina Densa. 


DISCUSSION 


Dystrophic Epidermolysis Bullosa Pruriginosa 
is a type of dystrophic EB coined and termed by 
McGrath et al. ”!. In the one original series of the 
eight cases he reported, three had family history of 
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similar skin disease, two showing an autosomal 
dominant mode of inheritance, while the other an 
autosomal recessive pattern of inheritance. 


Even though the pathogenesis is unknown; 
some authors demonstrated results with topical 
Tacrolimus 0.03% therapy alone "i. Others have 
shown good results with systemic Thalidomide, 
while some have shown excellent results with 
systemic Cyclosporine ''°!. Treatment was 
symptomatic and aimed to control pruritus and the 
progression of cutaneous lesions lH., Potent topical 
steroids and intralesional triamcinolone were 
successful in some cases. Systemic antihistamines as 
well as corticosteroids had no good effect !”*!, 


Bazargan et al. "'°! postulated that elevated 
IgE in serum can cause pruritus in DEB-Pr. That is 
why they used Cyclosporine to eradicate pruritus by 
decreasing serum IgE levels H°! Such results 
prompted us to have our patient on systemic 
Cyclosporine which has been very beneficial in 
treating our patient. We performed a literature search 
for cases presenting with linear scarring lesions and 
found only five cases with flagellate lesions similar to 
our own H>]. Morimoto et al. >! attributed the 
flagellate lesions in their patient to recurrent itching, 
probably due to the DEB-Pr itself, thus the tissue 
modification occurred as a result of such scratching. 
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